Familial adenomatous polyposis is rare. Three cases were previously reported in Nigeria. An intriguing feature of this case is an ulcerated jejunal carcinoma which was metastatic rather than synchronous carcinoma. This patient presented with partial large bowel obstruction and the pathological analysis revealed 4 invasive adenocarcinomas, 3 in the colon and 1 in the jejunum (Dukes stage D). Palliative pancolectomy and jejunal tumour resection with chemotherapy was offered to him. He died eight months after surgery from disease progression. The challenges of managing a hereditary cancer syndrome in a resource poor country are highlighted.
Case Report
A 40-year-old male small time trader who sells clothes presented at the Emergency Room in 2008 with left lumbar pain and mass. He has two young children. There is no family history of carcinoma of the colon though two of his siblings who lived far away have change in bowel habits. One of the siblings died six months ago following progression of the abdominal symptoms. The diagnosis was never established. He declined further investigations because he presumed his symptoms will resolve spontaneously. He presented one year later with colicky abdominal pain, left lumbar mass, change in bowel habits and weight loss.
By this time he already had Sister Joseph's nodule and a fixed left lumber mass. Abdominal ultrasound revealed multiple liver metastases but the chest was radiologically normal. Colonoscopy revealed multiple sessile and pedunculated colorectal polyps and two synchronous invasive ulcerative cancers in the left colon. A stenosing ulcerative tumour was met at the descending colon that prevented the advance of the colonoscope. He paid out of pocket for the cost of his treatment. We did not offer genetic testing to neither him nor his children because we lack the facilities.
A clinical diagnosis of familial adenomatous polyposis (FAP) complicated by partial intestinal obstruction from advanced synchronous colonic carcinomas was made. Informed consent was obtained for pancolectomy and ileorectal anastomosis, with excision of Sister Joseph's nodule. Intra-operative findings included synchronous invasive caecal tumour and two invasive descending colonic tumours. Other findings include invasive jejunal tumour, metastatic masses in the greater omentum, multiple liver metastasis, and carcinomatosis peritonei. Four weeks later, he commenced intravenous leucovorin 20 mg/m 2 and 5-fluorouracil 500 mg/m 2 taken weekly for six weeks with two weeks of rest. He had two courses out of six courses. He had esophagogastroduodenoscopy using a 0 0 gastroscope ten weeks after surgery. We found about three small sessile antral polyps and few duodenal polyps. Two duodenal ulcerated areas were seen in the second and third parts of the duodenum. Our attempt at biopsing these ulcerated areas failed due to the curvature of the duodenum. He was stable initially but later had disease progression despite chemotherapy. He developed a large hepatic mass with ascities. He crossed over to intravenous irinotecan 125 mg/m 2 , 5-fluorouracil 500 mg/m 2 and leucovorin 20 mg/m 2 weekly for four weeks. He passed on about eight months after surgery.
The specimen resected consisted of appendix, caecum and colon measuring 72 cm in length with their adjoining mesentery containing nodular masses, (Figure 1 ) and a jejunal segment measuring 6 cm in length ( Figure  3 ). The colonic mucosa presented numerous sessile polyps (about 100 in number) measuring between 3 mm and 10 mm each ( Figure 1 ) and a single pedunculated polyp measuring 2.5 cm (see white arrow of Figure 1 ). On the colon were the (primaries), 3 synchronous invasive tumour masses (see black arrows of Figure 1 and yellow arrows of Figure 2 ) with histological diagnosis of invasive moderately differentiated adenocarcinoma ( Figure 4 , 5 and 6) with extension into the submucosa. One of these colonic tumours is annular and was stenosing the intestinal lumen. The interesting feature of this case is the invasive ulcerated tumour mass on the jejunum measuring 3 cm by 3 cm wide and 2 cm in thickness ( Figure 3 ). In this case the jejunal tumour appears to be radiating from a central point in the subserosal fat, which is more suggestive of a secondary tumour. Secondly, this jejunal tumour is exophytic and pushes into the lumen (see Figure 3 ) while on the contrary the colonic tumours are cavitating. The histology of this tumour mass is identical to those of the colonic masses but here the tumour extends only to the subserosal fat ( Figure 3 , Figure 4 and Figure 7 ).
The nodular masses in the mesentery are ten in number and measure between 15 cm and 0.5 cm in diameter ( Figure 1 , Figure 2 and Figure 8 ). They have white glistening external surfaces and their cut surfaces are white and yellowish in colour. The histological examination of these masses shows (metastatic) malignant epithelial proliferation identical to the invasive tumours of the colon and jejunum. The overall TNM Staging of the entire tumour is T4N2M1. The polyps on the colonic mucosa correspond to adenomatous polyps (tubular and villous) with mild to moderate dysplasia (Figure 9 and Figure 10 ). None had an invasive component.
Discussion
FAP is a disease characterised by the presence of more than a hundred adenomatous colonic polyps which manifest by the second decade of life. It invariably leads to colorectal carcinoma as observed in this patient. It is seen in 1% of colorectal carcinomas. 1 Colorectal carcinoma is one of the three most common cancers 2 and the commonest gastrointestinal tract cancer. 3 There is striking geographical variation in prevalence of colorectal cancer in Nigeria. In the South West, an incidence rate of 26.3 per year 4 was reported while the South South had low rates of 5.1 per annum. 5 In the North, the incidence is 12.5-14.4. 6, 7 A recent 10 year review in South West Nigeria highlighted the absence of FAP in 268 cases colorectal cancer. 8 FAP fortunately is a rare disease. 1 In 80% of cases of FAP, it is inherited as autosomal dominant with incomplete penetrance while in 20% of cases it occurs as a spontaneous mutation without prior family history. 9 This concurs with our observation in this case and an earlier case in our hospital where a patient with FAP did not have any prior family history. 10 Some authors in Nigeria have reported a case of multiple colorectal polyps presenting with intussusceptions 11 and a 3 year old that presented with multiple adenocarcinomas arising in rectal polyps. 12 In the index case two of his siblings who had change in bowel habits could not be evaluated because they were domiciled far away. The Adenomatous polyposis coli gene (APC) is found on the long arm of chromosome 5 locus 21. 13 The APC gene can be detected by Protein truncation test.
14 Genetic testing of first degree relatives will help identify the APC gene carriers while allaying the anxiety of non carriers. It also identifies those to be referred for screening colonoscopy. We were challenged with how to discuss the risk of developing FAP and colorectal cancer in the patient's siblings and offsprings considering the patient's grave picture. The Genetic counselling session was made more difficult when the patient offered to have his children undergo genetic tests. Sadly, we lacked facilities to conduct these genetic tests.
The diagnosis was made on colonoscopy which is not readily available in most tertiary hospitals in Nigeria. The practice of screening colonoscopy for relatives, offsprings of FAP and colorectal cancer patients may lead to increased early diagnosis of FAP and colorectal cancer. Routine use of colonoscopy in evaluating patients with lower gastrointestinal symptoms may also improve diagnosis of FAP and other colorectal diseases hence earlier treatment with better prognosis. FAP may occur with other features such as small bowel adenomatous polyposis and gastric polyposis. The index patient had upper gastrointestinal endoscopy post operatively which revealed gastric and duodenal polyps with two ulcerated areas in the second and third parts of the duodenum. We had to weigh the benefit of diagnosing upper gastrointestinal polyps against the cost of his surgical treatment and chemotherapy for the advanced disease. This comes into stark focus when this small time trader who sells clothes has to pay out of pocket for these investigations and treatment.
Our patient declined further investigations a year earlier because he presumed he could get better without medical help. He may have been a missed case of FAP but for the complications and spread that led to his late presentation with partial intestinal obstruction, omental masses, hepatic metastasis and carcinomatosis peritonei (Dukes D).
In some late cases, the omental masses (metastasis) seen in the index patient may present as an epigastric mass hence inducing the physician into believing that the cancer is in the transverse colon or the stomach. The synchronous invasive colorectal carcinoma in association with invasive jejunal adenocarcinoma is interesting as observed in this case. It threw up the debate whether this is a synchronous jejunal tumour or a metastasis. One case of metachronous jejunal adenocarcinoma has been described. 16 In our patient the ulcerated jejunal lesion was radiating from the subserosal fat hence our conclusion that this is a metastatic jejunal adenocarcinoma not a synchronous tumour. Three synchronous colonic ulcerating adenocarcinomas were seen in the colon. The small adenocarinomas all involved the mucosa and looked similar to the larger stenosing ulcerated adenocarcinoma.
Earlier presentation is associated with a better prognosis after panproctocolectomy and a terminal ileostomy or an ileoanal anastomosis. The decision to offer this patient pancolectomy with ileorectal anastomosis was made preoperatively when liver metastasis was found on ultrasound. We weighed the increased risk involved in performing pancolectomy in the presence of partial intestinal obstruction and metastatic disease against a left hemicolectomy. While a left hemicolectomy will relieve the partial obstruction the patient may develop intussusceptions from other colonic polyps. The surgeon is thus faced with the dilemma of performing extensive resections on cases that present late and with complications. In Africa, history of hereditary diseases are sought in prenuptial enquires before consent for marriage is granted by parents and elders. The history of hereditary cancer may cause stigmatization which will threaten prospects of younger family members getting married. Sometimes, this may limit patients with hereditary diseases from aspiring for prominent administrative positions in the community. The challenges posed by hereditary diseases frequently threaten family unity. The managing Physician also plays the role of genetic and family counsellors. The members of extended family want to know the causes and consequences of hereditary diseases. They also want to be involved in decisions concerning management of their kinsman because they may pool their resources to pay for his treatment. In resource poor countries, there is a great need for development of manpower and facilities for genetic studies which will complement cancer research, screening and management.
Conclusions
It is possible that poverty and ignorance led to this patient declining proper medical attention until the cancer became metastatic. Despite the rarity of this condition it is important that this is brought to the fore as one of the differentials of metastatic colorectal carcinoma. We also wish to point out that the small intestinal mucosa is a possible site of synchronous adenocarcinoma or metastasis in FAP and should be thoroughly evaluated in screening exercises. In resource poor environment, there are serious challenges in terms of cost of investigation and treatment. We also face potential ethical challenges and limitations imposed by lack of the needed skills and facilities for optimal management of these patients in an African setting. 
